Congenital contractural deformities of the fingers and large joint arthropathy due to a noninflammatory hyperplasia of synovial tissue have been described by a number of observers."3 We have studied two siblings and two unrelated cases with these features. In all the cases the parents were healthy, unrelated, Newfoundland Caucasians. There were no other individuals with contractures or relevant arthropathies in the three families. The purpose of this communication is to provide further observations on what appears to be a well defined syndrome.
Case reports CASE 1 The youngest child of a family of six was the product of a normal full-term delivery. At birth her fingers were held in a clenched position; they could be passively extended but became progressively more fixed. Beginning at the age of 2 years a number of surgical attempts were made to correct the contractures in the thumbs, left ring, right index, middle, and little fingers. Hypertrophy of the sheaths, jelly-like fluid within the sheaths, and oedema or shortening, and atrophy of the tendons were reAccepted for publication 16 The oldest sibling of case 1 was a normal full-term baby. At birth it was noted that he did not straighten his fingers, though they could be extended passively but would return to a fixed position on release of pressure. Efforts to correct the deformity by physiotherapy and splinting were unsuccessful, and at 5½/2 years he was referred for surgical correction of the deformities. Swelling of the knees with patella taps and large wrists and ankles were noted. The flexor tendon sheaths were excised in digits of the left hand and a few weeks later in the thumb, index, and middle fingers of the right hand. At the age of 23 years he began to complain of pains in the right hip which he ascribed to years of participation in contact sports. There were slight contractures of the elbows, PIP joints of the toes and the fingers, with lack of full flexion in the right ring finger. The left hip tended to rotate externally to 200 when flexed, with only a few degrees of internal and external rotation from that position. Internal and external rotation were also slightly reduced in the right hip. The knees showed a somewhat boggy synovium but were otherwise unremarkable. The peronei were thin, the interossei wasted, and the knee tendon reflexes were brisk, but otherwise the physical examination was normal.
Laboratory investigations were normal. Radiographs were normal apart from extreme lordosis at L5-S1 and an appearance in the hands and pelvis similar to that of case 1 (Figs 1 and 2 ). CASE 3 She was a normal full-term delivery, the second of three siblings, the other two being healthy boys. She was born with clenched fingers and later was found to have swelling of a number of joints. Splints were prescribed to straighten the fingers with some benefit. At Radiographs of the feet showed flattening of the metatarsal heads and an appearance of the pelvis and hands similar to that seen in case 2. In the knees effusions were present and the femoral condyles were flattened.
Arthroscopic examination of the right knee showed grade I and II chondromalacia and extensive frond formation, which on histological examination showed extensive villus formation. Synoviocytic hyperplasia was evident, with oedema and focal collagen degeneration in the subsynovial zones (Fig.  3a) . Many villi were coated with fibrin (Fig. 3b) (HandE, x200). There are no comprehensive descriptions of the radiographic appearance of this syndrome. The distinctive features in our cases were flattening of the proximal femoral ossification centres similar to that reported by Jacobs,' together with flattening of the metacarpal and metatarsal heads, which was not present in Athreya's patients2 but has been reported in the Morquio syndrome. 7 The syndrome of congenital flexion contractures of the fingers and arthropathy is said to affect larger joints and to subside early in infancy leaving only residual contractures and restricted movements in the hips.' 4"Three of our cases (1-3) were followed up long enough for an opinion to be formed on the course of the arthropathy. Two of them followed the expected course, but in the third (case 3) a florid polyarthritis affecting both large and small joints was still present in her early teens. Thus the arthropathy may be variable.
The syndrome of congenital camptodactyly and arthropathy begins in utero and affects the synovium of joints and tendon sheaths. [1] [2] [3] The distinctive pathological features are synovial cell hypertrophy and hyperplasia, multinucleated giant cells, avascular villi, and absence of inflammatory cells. [1] [2] [3] These changes were noted in those of our patients where histological material was examined. Athreya2 noted fibrin deposition on some of the villus surfaces, and we were able to confirm this finding (Fig. 3b) . We also observed a, antitrypsin (a marker for histiocytes) in both single nucleated and multinucleated giant cells (Fig. 3c) .
The finger contractures of the congenital camptodactyly and arthropathy syndrome are considered to be the result of a tenosynovitis causing disruption of tendons and subsequent scarring and adhesions between tendons and tenosynovia.3 At various times different phases of this sequence were observed in our first case. Electronmicrographs of a tendon showed collagen fibres of regular periodicity but variable diameter. Some of the tendon cells had the appearance of myofibrocytes, suggesting that they are metabolically active and similar to the myofibroblasts seen in reparative granulation tissues. These ultrastructural findings, taken in conjunction with Athreya's observation of intracellular collagen fibres, could be interpreted as pointing to a defect in collagen synthesis as a component of the syndrome.
